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Amaurotic Family Idiocy.-LEOPOLD MANDEL, M.D.-V. G., female, Jewish, aged 12 months, first seen December 21, 1928. Mother complained that child seemed backward. Family History.-Both parents Jewish; no consanguinity, and family history on both parents' side clear. Mother has two children, the elder one, aged six, is perfectly normal, with fundi clear; she has five stepchildren, all healthy; mother and father's Wassermann, negative; fundi of parents normal.
Previous History.-Full term child, normal birth. Breast-fed until admission. Condition on Admission.-Facies typical of Tay-Sachs disease; well nourished child; hearing hyperacuity well marked; forehead prominent, good growth of hair; sclerotics bluish; pupils react to light; fundi right and left with identical appearances, typical optical atrophy with cherry-red spot in macula region. (Drawing shown on screen.) Limbs: flaccid paralysis with plus knee-jerks. Wassermann negative. Cerebrospinal fluid: pressure slightly increased, contents normal, Lange 00000000, Wassermann negative.
A feature of some interest is the risibility: the child laughs and gurgles from time to time, and this, together with its vivacity of head movement-due doubtless to its intense acuity of hearing-gives an appearance of contentedness and happiness. This is a tragically short phase, for as spasticity increases, the final picture of clonus and wasting intervenes. January 3, 1929.-Limbs more spastic, no convulsions; is taking food well and maintaining weight. Present Condition.-Legs slightly more spastic, abdomen protuberant. Eye condition in statu quo.
In these cases one is always asked by the parents what is the risk of the disease appearing in another baby; and I should like to hear the views of Members on this point. In the last number of the British Medical Journal Dr. Stenhouse Stewart [1] reports a case of amaurotic family idiocy in the R-family, originally described by Kingdon, and asks the same question.
In 1923 I showed before this Section a case of Tay-Sachs disease [2] in a non-Jewish child aged 20 months; its ultimate fate was increasing spasticity with recurrent convulsions, and death at the age of 24 months. This seems to be the usual mode of death in these cases.
REFERENCES.
[1] STEWART, D. D. STENHOUSE, Brit. Med. Tourn., 1929 (i) Anumia treated with liver and later with iron and arsenic injections' (S6rum Ferruginous (Fraisse) 0-75 c.c. intramuscularly on alternate days); patient was treated with ultra-violet radiation. The blood-picture a month later was practically unchanged (colour index 0 * 7).
December 6, 1928.-Examination of the fundi now showed; Right: Disc edges slightly blurred, some slight cedema, veins tortuous, no swelling or exudation. Left: Discs completely obliterated, summit of disc is about 2 diopters above general level of retina. Veins markedly tortuous and full. There is much exudation around disc and macula covering the vessels, the condition being a true optic neuritis on the left side.
A careful examination of the nervous system failed to reveal any abnormality; no vomiting or headache, slight pyrexia. There can now be felt above the left clavicle at lower end of sterno-cleido-mastoid muscle a small mass the size of a large pea (?gland), no enlarged glands elsewhere; spleen not palpable, but indefinite resistance in left hypochondrium.
December 9, 1928.-Complains of slight pain in limbs and neck; this was relieved by salicylates; a slight squint discernible. Pain entirely gone.
December 20, 1928. Gland increasing in size. January 2, 1929.-Patient seems much brighter. Blood-count: red blood-cells 3,380,000, white blood-cells 3,400, haemoglobin, 50 per cent.; colour-index, 0-7; moderate poikilocytosis and anisocytosis. Differential count: polymorphonuclears, 39 per cent., small lymphocytes, 52 per cent., large lymphocytes, 5 per cent., large mononuclears, 2 per cent., eosinophils, 2 per cent. Skiagram of thorax shows enlarged calcified mediastinal glands, shadows of calcified areas outside hilar zone, with extension of markings towards right apex suggests presence of tuberculosis. Present Condition.-General tone improved, apathy much less, slight squint still present but diminishing; gland on neck more easily palpable. The condition of the fundi as reported on by Mr. A. H. Levy on January 18, 1929, is as follows:-Right: disc edges much clearer. Left: disc edges still blurred and veins tortuous and full, but the swelling has disappeared. Proptosis, both eyes.
As regards diagnosis, transient optic neuritis in children not uncommonly accompanies illnesses due to septic foci; but coming on as they did together, the presence of a squint and the accompaniment of pains in the neck made me suspect either an incipient tuberculous meningitis or a tuberculoma, both of which suspicions proved unfounded. Nor can I find any extracranial cause for the optie neuritis. The blood-picture is, I suppose, that of a secondary anemia; the changc in the white cell count is of interest, namely, the fall from 57 per cent. to 21 per cent. and the rise of the polymorphonuclear leucocyte count from 39 per cent. to 76 per cent. I do not think the anatIia per se sufficient to account for the optic neuritis, and the blood picture excludes chloroma.
Note.-Subsequently, on February 7, under an anaesthetic a small portion of the supraclavicular gland was resected and microscopically examined. The pathologist reports: ' indicative of a malignant lesion-a fibrosarcoma." Under the anaesthetic an indefinite mass was palpable in lower part of left hypochondrium.
The condition, then, is evidently a sarcoma of the left supra-renal body with metastases of the skull, etc.; this would also account for the optic neuritis. The result of an X-ray examination of the skull was indefinite, but early changes were found in the humerus and tibiae.
The small mass above the left clavicle is increasing in size and I intend to ask Mr. E. C. Hughes to remove a small portion for microscopical examination.
Dr. ALAN MONCRIEFF said it was difficult to explain the optic neuritis, but there was a very hard gland over the left clavicle, corresponding to the Virchow gland in carcinoma of the stomach in adults; he thought there was something abnormal to be felt in the left hypochondrium. The occurrence of the optic neuritis might be due to the presence of some intracranial deposit, though that, again, would not explain why the optic condition was now subsiding. He suggested that some intra-abdominal neoplasm was present.
Abnormal Dentition.-JEAN SMITH, M.D.-A. B., male, aged 5 years, 9 months; 40 in. high and weighing 33 lb. (normal height and weight 42 in. and 44 lb. respectively). Patient is the first child and was born at full term. He was fed on breast milk supplemented by Nestl6's for ten months. The first teeth, which occupy the position of upper central incisors, were cut at 18 months, the four temporary 1st molars between 2 and 3 years, and the four permanent molars during the past three months. Began to hold things when 18 months old and to walk at 22 months of age.
'~~~~~~~z'
Was in hospital for six days when 3 months old, discharged well on sixth day with a diagnosis of heatstroke, since, apart from high temperature (107.80 F.) on admission nothing abnormal could be found. He has had nine fits at intervals of a few weeks, during the past nine months; also attacks of severe epistaxis.
Mother states that child did not show any growth of hair for several (? nine months and that he never perspires. Both testicles descended. 
